I thank Awasthy and his colleagues for providing the additional information I requested regarding their patient initially described as having anatomically corrected malposition fS,D,Lg. In their response to my initial letter, however, they now state that, during surgery, it was noted that the aortic root was supported for over 70% of its circumference by the morphologically right ventricle. Surely, this crucial fact indicates that their patient had double outlet right ventricle rather than anatomically corrected malposition. Could it be that the authors misunderstood the thrust of my initial letter? In their response, they wax eloquent on alleged differences in the approach to analysis taken by Dr Van Praagh and myself. The differences are not as great as they imply. Dr Van Praagh does continue to argue that bilateral conuses are needed to justify a diagnosis of double outlet right ventricle. Significantly, to the best of my knowledge, and like myself, he also distinguishes between patients having double outlet right ventricle as opposed to concordant ventriculoarterial connections. In this respect, Dr Van Praagh would describe the nature of the junctions between the ventricular cavities and the arterial trunks as alignments rather than connections. Neither he nor I, however, would entertain the possibility that double outlet right ventricle could coexist with concordant ventriculoarterial alignments or connections. Patients with either concordant or discordant alignments, or connections, between the ventricles and the arterial trunks can sometimes have bilateral conuses. Concordant alignments, or connections, in the illustrated case, therefore, should not be diagnosed simply because the patient had bilateral conuses. In their response to my letter, the authors also emphasize the fact that their patient has the segmental combination of fS,D,Lg. In this setting, there is a known spectrum between the extremes of double outlet right ventricle with left-sided aorta and concordant ventriculoarterial connections with parallel arterial trunks. The authors should decide whether their patient had double outlet right ventricle as opposed to the so-called anatomically corrected transposition. If I have understood the writings of Dr Van Praagh correctly, neither he nor I would agree with the assertion that their patient exhibited both of these features. Our patient has the segmental combination of fS,D,Lg. In this setting, there is a known spectrum between the extremes of double outlet right ventricle (DORV) with left-sided aorta and concordant ventriculoarterial (VA) connections with parallel arterial trunks. The present case has features that were consistent with concordant VA connection on echocardiography (except for the presence of bilateral conus, which Dr Anderson has pointed out that it can exist in both the subsets) and hence a diagnosis of anatomically corrected malposition of great arteries was entertained. On the surgical table, direct observation of the commitment of the aorta to the right ventricle to the extent of 70% supported a diagnosis of DORV. We fully agree with Dr Anderson that the diagnosis of DORV cannot coexist with VA concordance but probably the location of the ventricular septal defect (VSD), the altered position of the septum, and altered alignment of the ventricular septum with respect to the atrial septum in the setting of juxtaposed atrial appendages contributed to this confusing presentation. If at all we are to commit in this case, we would agree with Dr Anderson that it would stand as a case of DORV in the setting of segmental arrangement fS,D,Lg.
The message which was to be communicated through the article and that still holds is that before committing to the single-ventricle option because of nonroutability of the VSD in such a case, a view through the aorta is called for in this anatomical association of juxtaposed atrial appendages and segmental arrangement fS,D,Lg. Importantly, VSD closure through the aortic orifice may be required because of inaccessibility through any other route.
